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Orofacial swelling, particularly of the lips, tongue, buccal mucosa and gingiva is
a feature of the localised granulomatous condition known as the Melkersson-
Rosenthal syndrome,1 but may also represent oral manifestations of chronic
inflammatory conditions, including Crohn's disease2 or sarcoidosis.3 Oral
manifestations of these systemic conditions may precede involvement in other
areas by several years4 and clinical, biochemical or even histological differ-
entiation is often extremely difficult. Considerable debate exists in the general
surgical and dental literature regarding the extent to which a patient presenting
with granulomatous inflammation of the orofacial region should be investigated
for evidence of chronic granulomatous disease elsewhere. This case demon-
strates the diagnostic difficulties, and illustrates that Crohn's disease may present
in the mouth before it becomes symptomatic in other parts ofthe gastrointestinal
tract.
CASE REPORT. A six-year-old girl presented with a four year history of
recurrent episodes of non-tender swelling of the upper lip, and angular chelitis.
The swelling usually lasted from a few days to a few weeks, but during the
previous six months exacerbations had become more frequent and persistent.
Otherwise, her mother had not noticed any specific problems. In view ofthe long
history and lack of other symptoms, this was thought to be an example of the
Melkersson -Rosenthal syndrome although the possibility of an oral presentation
of Crohn's disease was also considered. The condition remained quiescent over
the next few months until she re-attended with a flare -up of her oral lesions and
episodes of severe crampy abdominal pain and constipation. The swelling of the
lower lip had increased with marked thickening of the buccal and gingival
mucosa, and associated deep fissures and ulcers producing a "cobblestone"
appearance. The perianal area was inflamed and excoriated, with fissuring,
ulceration and skin tags. Her weight was below the fifth centile. Haemoglobin was
9-8 g/dl, ESR 36 mm/hr and serum iron 6 1 umol/l (normal 13-30 umol/l).
Serum vitamin B12 and folate levels were normal
Biopsy of both the oral and perianal lesions was performed. Histology of the oral
lesions revealed a diffuse infiltrate of chronic inflammatory cells but it was not
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possible on the basis of this alone to make a definitive diagnosis. Histology of
the perianal lesions revealed the presence of non-caseating granulomata with
lymphocytes, histiocytesand multi -nucleated giantcells, confirmingthediagnosis
of Crohn's disease. Treatment with sulphasalazine and metronidazole was
commenced, but progress was initially slow and complicated by the development
of two perianal abscesses which required drainage. Over the next few months
her general condition gradually improved, weight increased to above the tenth
centile, the thickening of herlip and oral mucosa decreased and the inflammation
of herperianal area gradually settled. Haemoglobin, ESR and serum iron returned
to normal. She remained well at her last review, three years after Crohn's disease
was diagnosed.
COMMENT
The Melkersson
- Rosenthal syndrome is a rare chronic granulomatous condition
of unknown aetiology. The full clinical picture consists of swelling of both lips, a
fissured tongue (lingua plicata), and facial paresis, which may be unilateral or
bilateral. These features may appear together or at intervals, and the clinical
course is often episodic, with exacerbations or symptom
-free periodslasting from
months to years. Swelling of the lips occurs in all patients,1 but linguaplicata and
facial paresis occur in only about 30% of cases.5 Oligosymptomatic cases,
in which all three features are not present include variants such as cheilitis
granulomatosa (orofacial swelling only6), oral swelling with facial nerve paresis7
and oral swelling with lingua plicata.8 Rarely, the condition may be familial.9 In
addition to the three main features, some patients show other features such as
gingival hypertrophy, attacks of migraine, herpes simplex infection, decreased
salivation and lacrimation, and involvement of the chin, nose, eyelids and
forehead.8
Oral lesions of Crohn's disease are characterised by induration andswelling ofthe
lips, hyperplastic folds and fissures of the buccal and gingival mucosa, with
aphthous-like ulceration, producing a "cobblestone" appearance.10 These may
occur at any time during the course of the disease and isolated Crohn's disease
of the mouth may be diagnosed and treated without evidence of other gastro-
intestinal involvement.1' In typical cases of either condition differentiation on
clinical groundscan bemade withreasonable accuracy. Themostuseful different -
iating factors are the characteristic hyperplastic folds, fissures and mucosal
ulceration of Crohn's disease, and the presence oflinguaplicata or facial paresis,
which points towards the Melkersson -Rosenthal syndrome. The difficulty in
diagnosis arises when Crohn's disease presents without intestinal involvement,
as in this case, or in oligosymptomatic forms of the Melkersson -Rosenthal
syndrome, perhaps with some ofthe additional features described above. In such
situations, clinical differentiationisimpossibleand furtherinvestigation necessary.
The extent to which investigation, especially invasive procedures, should be
undertaken is not universally agreed. It is generally accepted that there is no
effective therapy for the Melkersson-Rosenthal syndrome,8 although there are
isolated reports of improvement following intra -mucosal steroid injection.7 In
contrast, local steroid therapy is often effective in oral Crohn's disease12 13
and if these patients are carefully observed for evidence of other gastrointestinal
involvement, therapy with sulphasalazine or steroids may arrest the disease at an
early stage and prevent more serious deterioration. For this reason, several
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authors recommend an aggressive approach including nutritional assessment,
biopsy, contrast radiography and endoscopy, to confirm the diagnosis in chronic
granulomatous conditionsofthemouth and todetect coincidental gastrointestinal
involvement in cases ofCrohn's disease.414 This case, where clinical assessment
was equivocal, confirms the traditional difficulties in distinguishing between
the two conditions. The evidence of malnutrition encouraged us to recommend
careful follow up and nutritional assessment. We feel it is reasonable to reserve
contrast radiology, endoscopy and biopsy for cases where specific symptoms or
nutritional assessment suggest that they are indicated. Careful clinical examin-
ation, particularly of the perianal area, is necessary in all patients with chronic
orofacial swelling.
We acknowledge the assistanceofthe DepartmentsofPathologyofAltnagelvin Hospital, Londonderry
and The Royal Victoria Hospital, Belfast.
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